Primary leiomyosarcomas rarely arise from epididymis. But they are the most common histopathological types of sarcoma arising from the epididymis. Primary epididymal leiomyosarcoma occurs usually in older patients. We report a young patient of 35 years presenting with leiomyosarcoma of left epididymis. He did not have any metastasis and underwent left high inguinal orchiectomy. He is on regular follow-up and disease free for last two years.
INTRODUCTION
Soft tissue sarcomas constitute 1% of all malignancies. Leiomyosarcomas constitute 10 to 20% of soft tissue sarcomas. They arise most often from genitourinary, gastrointestinal tract and retroperitoneal region. [1] [2] [3] Among genitourinary sarcomas in adults, leiomyosarcomas are the most common type and mostly arises in the bladder, kidney, or prostate. [2] [3] [4] [5] We report a case of leiomyosarcoma of epididymis and review the literature.
CASE REPORT
We describe a case of primary epididymal leiomyosarcoma in a young adult of 35 years, who presented with mild pain in the left groin and scrotum for two months followed by a lump at the posterior aspect of the left testis. Before presentation, he had undergone fine needle aspiration cytology (FNAC) of the lesion in a hospital outside suggestive of malignant cells. On clinical examination, there was a hard mass fixed to the postero-superior aspect of right testis. Left spermatic cord, right testis, scrotal skin and inguinal nodes were free. It was not transilluminant. USG of the scrotum showed a heterogenous mass of 3 cm at the postero-superior aspect with invasion of left testis. CT scan of chest and abdomen revealed no distant metastasis. He underwent right high inguinal orchiectomy. Gross pathological examination revealed a 3 cm solid tumor mass arising from the left epididymis, invading the left testis. On histopathology, the tumor was composed of pleomorphic spindle cells arranged in fascicles [ Figure 1 ]. Immunohistochemistry showed tumor cells to be positive for smooth muscle actin (SMA) and desmin (Des) and negative for cytokeratin (CK), HMB 45, CD117 (C-kit), and CD34. With all the above findings, a diagnosis of leiomyosarcoma of epididymis was confirmed. He was not planned for any adjuvant therapy. He is on regular follow-up and is disease free at two years of surgery.
DISCUSSION
Primary soft tissue tumors (STTs) arising from the scrotal sac can be classified into four groups; 1) scrotal subcutis/dartos/skin, 2) testicular, 3) paratesticular and 4) those arising from spermatic cord. Scrotal STTs are tumors arising from within the tissues of scrotum or skin of scrotum. Testicular STTs arise from the mesenchymal tissues of the testis. Paratesticular STTs arise from the tissues of epididymis, or coverings of testis and are more common than testicular STTs. In a retrospective review by Chen et al, [1] only one out of 24 had sarcoma and 23 had benign tumors. In another study from Chandigarh, India, out of a total of 228 cases of epididymal nodules who have undergone FNAC only one had leiomyosarcoma (0.4%) and rest had benign lesions. [2] Thus, sarcomas arising from the epididymis are rare and the most common primary epididymal soft tissue sarcoma is leiomyosarcoma. In a retrospective review of 24 cases of leiomyosarcoma of the paratesticular region by Fisher et al. [3] from three institutions, the origin of tumors were from the testicular tunica (10), spermatic cord (10), scrotal subcutis and dartos muscles (1 each), and the epididymis (1). The mean age was 62 years and tumors ranged in size from 2 to 9 cm (mean 5 cm; median 4 cm). Abell and Holtz [7] 1968 2 cases 66 years ----------11 months Died at 11 months, no recurrence 67 years ----------20 years Died at 20 years, no recurrence Yadav et al [8] 1969 28 1 case
Right 6cm
Swelling None Orchiectomy Not reported Not reported Not reported Rushworth et al [9] [11] 1976 74 1 case -----------3 years Died at 3 years, no recurrence Farrell and Donnelly [12] [5] 1985
--1 case
Helm and AlTikriti [13] 1986 67 1 case patients died of metastasis within two years of diagnosis. [13] Thus, the biology of epididymal leiomyosarcoma may be less aggressive than paratesticular leiomyosarcomas. They do not spread commonly to the lymph nodes. Metastatic work-up includes CT scan of chest and abdomen. [6] Treatment of choice is high inguinal orchiectomy. Lymph node dissection is not required. On immunohistochemistry, they are positive for actin, desmin and CD34. [3] Because of rarity of epididymal leiomyosarcoma, the true biological behavior and role of adjuvant chemotherapy and radiotherapy are not well defined and should be treated according to leiomyosarcoma arising out of other common sites.
